The association of symptomatic and fatal dysrhythmias after Mustard's operation requires early detection and characterization of CSA to identify susceptible children and suggest surgical modifications. W e performed bedside electrophysiologic studies (EPS) on 21 infants with single transposition on days 1, 3 and 8 following Mustard repair using epicardial a t r i a l and ventricular temporary pacing wires. Pre-operative studies were performed in 12 subjects. Median age a t study was 8 mos (range 3-15 mos); 11 of 21 had prior Blalock-Hanlon septectomy (BHS). Sinus node dysfunction (SND) was documented in 2/11 pre-operatively (both had BHS), and 15/21 postoperatively; 9/17 (6 with BHS) had SND persisting t o day 8. AV node dysfunction (AVND) developed postoperatively in 4/21. Changes in retrograde VA conduction were either transient (7/21) or persistent (14/21). 4 subjects had inducible supraventricular tachydysrhythmias (STD) with three subsequently developing spontaneous ST0 requiring chronic therapy. No child without inducible ST0 has yet had spontaneous STD. W e conclude that early bedside EPS will document CSA and identify those a t risk for l a t e r symptomatic dysrhythmias. SND i s prevalent in t h i s series, and AVND i s surprisingly common. Previous studies demonstrating maldistribution of pulmonary blood flow i n patients who had undergone Fontan procedures (FP) predict high physiologic dead space during exercise. W e used noninvasive exercise testing t o assess gas exchange i n 5 patients age 10-19, compared to 11 age and sex matched controls. Oxygen saturation was measured by ear oximetry a t r e s t and a f t e r exercise. The ventilatory equivalents for oxygen (Qe/V02) and carbon dioxide (Ve/VCO2) were measured during progressive exercise and mixed expired pC02 (PeC02) and end-tidal pC02 (PetC02) were measured during steady s t a t e exercise on a cycle ergometer. W e obtained the followine results: FP Controls Significance 4 3 1 1 24f2 p<0.001
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Quantitative assessment of hemodynamics in neonates with complete transposition (TGA) was performed using two-dimensional (2D) directed pulsed Doppler echocardiography. Both the aortic valve (RV) and pulmonary valve (LV) flow velocities were obtained in 5 neonates before and during a 1 hour infusion of prostaglandin El (PGE) at 0.1 mcg/kg/min following balloon atrial septostomy. Ductus arteriosus (DA) size by 2D imaging increased in all and pulmonary to aortic shunting was excluded by Doppler sampling in DA. Stroke volume changes were estimated by the product of the Doppler time-velocity integral (TVI) and heart rate (cmlmin). Doppler systolic time intervals (PEP/ET) were calculated.
TVI AVVI was present in 5/41 fetuses (12%) and confirmed after birth in 3/3. Of 22 fetuses a t risk for congenital heart disease but found to be normal, one had AVVI (5%). Of 11 patients with fetal dysrhythmia, 212 with complete heart block (1 normal and 1 with AV canal) had intermittent AVVI, and 7 with premature atrial contractions and 2 with atrial tachycardia had none. Of 6 patients with abnormal cardiac findings, 2 had AVVI (1 with endocardia1 fibroelastosis and bilateral AVVI, and 1 with cerebral arteriovenous malformation) while there was no AVVI in 4 patients with VSD including 1 with hydrops. Two patients with a normal heart and hydrops had no AVVI.
Conclusions: (1) AVVI occurs in utero and may be diagnosed by pulsed Doppler echocardiography. (2) AVVI may be present in normals, in fetuses with congenital heart block with or without heart disease, and is not present in all forms of nonimmune hydrops fetalis. 
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